Between 1957 and 1968, six cases of haemophilia were encountered at the University College Hospital (U.C.H.), Ibadan, Nigeria, of which the last (which forms the subject of this report) was the only one which presented first with intracranial haemorrhage. Haemorrhage of the central nervous system in haemophilia was first described in 1819 (Lane, 1840) and was once regarded as a rare occurrence. Bulloch and Fildes (1911) in their extensive review of the literature found only 13 cases; Aggeler and Lucia (1944) reported 32 cases; Sk6ld (1944) cited another five cases from Scandinavian literature; and Jones and Knighton (1956) found that the total documented cases (including three of their own) of this complication numbered 64 by 1945. However, in the last decade or so, the reported incidence of intracranial bleeding in haemophilia included the 7-2 % of Hartmann and Diamond (1957) ; 6-3 % of Silverstein (1960) ; 13-8% of Kerr (1964) ; 1-6% of Fessey and Meynell (1966) ; and the 3-4% of Davies, Turner, Cumming, Gillingham, Girdwood, and Darg (1966) .
While the bulk of evidence in recent years would indicate that intracranial haemorrhage is not as uncommon as suggested by earlier reviewers, haemorrhage into the ventricular system in haemophilia remains a rarity. Up to 1945 Jones and Knighton (1956) He was transfused with lyophilized plasma on 18 December, since when his bleeding has been under control and the enlargement of the head arrested. His PCV came up to 30%, the anterior fontanelle became flat, and on 12 January 1969 the sun-setting of his eyes was corrected. However, on 2 February 1969, he developed a tense left parietal subcutaneous haematoma probably due to minor trauma and he was given two units of cryoprecipitate intravenously. The haematoma gradually resolved over a period of a fortnight. He was discharged home in a satisfactory clinical state on 22 February 1969, and has remained well since then.
Further interrogation of the parents revealed that the child was in perfect health until he came to U.C.H. and there was no antecedent head trauma. The child was circumcised at home when he was 2 weeks old without any incident and there was no family history of a bleeding tendency.
DISCUSSION
The usual story of how surgery may precipitate symptoms in a haemophiliac is of a child who, after an apparently straightforward circumcision, develops persistent bleeding from the penis, or of an older child who, after the loss or extraction of a tooth, bleeds incessantly from the tooth socket. In this instance, this 3-month-old patient who had been circumcised at home without event and had not yet cut his first tooth, let alone lost it, needed to have a ventriculo-peritoneal shunt for rapidly progressing hydrocephalus after ventricular haemorrhage before his haemophilic state was unearthed. The rarity of intracranial haemorrhage as an initial presentation of haemophilia was highlighted by Hartmann and Diamond (1957) who found that, of 29 haemophiliacs who bled initially in infancy, 26 followed circumcision, one bled from the umbilicus, and only two had intracranial haemorrhage. At U.C.H., Ibadan, only six haemophiliacs have been on record in 12 years. When a rare disease presents in one of its unusual forms, the difficulty of diagnosis is increased.
Spontaneous intracranial haemorrhage in haemophiliacs is rare, and almost always there is a history of trauma (Singer and Schneider, 1962) . When this is absent, as in our patient, minor trauma might have been missed or the history not forthcoming. Thus Imhof (1951) , in his review of haemophiliacs between 1913 and 1950, recorded a history of trauma in 31 % of those with intracranial bleeding, Silverstein (1960) in 45 % in his series, Kerr (1964) in 26 %, and Fessey and Meynell (1966) in 20%. Bouts of coughing such as was experienced by this patient may through sudden alteration in intracranial dynamics precipitate intracranial bleeding, as in case 6 of Kerr (1964) .
Lumbar puncture and ventricular tap were employed in our patient to confirm the clinical sus-picion ofmeningitis.The tendency ofthe haemophiliac to bleed intracranially is increased in the presence of meningitis (Hartmann and Diamond, 1957) and death is not unknown, as exemplified by case 10 of Kerr (1964) in whom meningococcal meningitis preceded a fatal intracranial haemorrhage. Not all agree about the use of diagnostic procedures in these patients. Fessey and Meynell (1966) avoided them for fear ofproducing fatal results. But others have shown that the usual investigations can be undertaken when intracranial haemorrhage is suspected (Silverstein, 1960; Kerr, 1964; Davies et al., 1966; Travis, Mitchell, Youmans, and Kindt, 1968; Ferguson, Barton, and Drake, 1968) .
Haemorrhage may occur into any of the intracranial compartments. In some series, the commonest site was the subdural compartment (Jones and Knighton, 1956; Silverstein, 1960) , in others intracerebral haemorrhage, or a combination of subarachnoid and intracerebral haemorrhages, predominated (Imhof, 1951; Kerr, 1964) . In all series, the rarity of intraventricular haemorrhage has been emphasized. The first report of such an occurrence in a probable haemophiliac was a necropsy record by Traneus (1870) in a 2-year-old child. There was no laboratory report and his diagnosis of haemophilia was later rejected. The first authentic documentation of ventricular haemorrhage in proven haemophiliacs was by Silverstein (1960) who, in an exhaustive review of world literature, reported ventricular involvement in four of his 12 cases of intracerebral haematoma, two each at surgery and at necropsy. There was no conclusive evidence of intraventricular haemorrhage in case 1 of Davies et al. (1966) , who had blood stained CSF and moderate hydrocephalus on contrast studies. Our patient represents the fifth example of intraventricular haemorrhage in a haemophiliac in the literature.
There have been reports of successful surgical management of intracranial bleeding in haemophiliacs (Travis et al., 1968; Ferguson et al., 1968 ). Yet, to date, there is no record of a successful ventriculo-peritoneal shunt for hydrocephalus after intraventricular haemorrhage. Operation was performed in our patient because of the rapid progression of neurological signs and proof of the site of haemorrhage. Had we known that he was a haemophiliac before operation, surgical intervention of this nature would still have been contemplated in view of the rapid progression of the hydrocephalus, but with energetic replacement of the deficient clotting factor. What sustained our patient postoperatively and led to the successful surgical outcome was the use of lyophilized plasma at first, and later of cryoprecipitate, a potent Factor VIII concentrate introduced by Pool and Shannon (1965) which has the merit of securing adequate haemostasis without overloading the circulation. It is the recent development of such preparations containing a high concentration of Factor VIII which has made the surgery of intracranial haemorrhage in haemophiliacs less hazardous and more beneficial (Potter, 1965; Davies et al., 1966; Brown, Hardisty, Kosoy, and Bracken, 1967; Prentice, Breckenridge, Forman and Ratnoff, 1967; Travis et al., 1968; Moody and Mullan, 1968; Ferguson et al., 1968) and has led to a marked fall in the mortality of this dangerous complication from about 70% reported by Imhof (1951) and Silverstein (1960) , through the 33% of Kerr (1964) , to the 20% of Davies et al. (1966) . SUMMARY A case is described of a 3-month-old Nigerian boy with ventricular haemorrhage as the initial manifestation of his haemophilic state. A ventriculoperitoneal shunt was successfully performed because of the rapid progress of his hydrocephalus. Haemostasis was achieved using lyophilized plasma, and later cryoprecipitate. Routine investigations and the necessary surgical treatment of intracranial haemorrhage are feasible in haemophilia if normal haemostasis can be obtained. 
